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MACULAR HOLE IN BEHCET’S DISEASE
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Behcet’s disease is an inflammatory disorder of unknown cause, characterized by recurrent oral aphthous
ulcers, genital ulcers, uveitis, and skin lesions. Ocular involvement occurs in 60–80% of patients with
Behcet’s disease and presents as panuveitis in most cases. Posterior segment involvement may lead to
irreversible alterations and significant vision loss. The development of a partial or full-thickness macular
hole, though rarely reported, may cause serious vision loss. In this report, we present two cases of macular
hole in the worse eye of bilateral cases of Behcet’s disease, and discuss the possible mechanisms and
management in such cases.
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Behcet’s disease is an inflammatory disorder of unknown
cause, characterized by recurrent oral aphthous ulcers,
genital ulcers, uveitis, and skin lesions [1,2]. Diagnosis is
based on the presence of a constellation of clinical findings
[3]. Behcet’s disease can affect both the anterior and posteri-
or segments of the globe. Posterior segment manifestations
include retinal vasculitis involving both arteries and veins
leading to arterial and venous occlusions, retinal hemor-
rhage, retinal infiltrates, edema, and an inflammatory re-
sponse in the vitreous [4,5]. Posterior segment involvement
leads to irreversible alterations and serious vision loss.
Macular hole, though rarely reported, is a major cause of
irreversible vision loss [5–8]. In this report, we present two
cases of macular hole in the worse eye of bilateral cases of
Behcet’s disease.
CASE PRESENTATION
Case 1
A 37-year-old male was referred to us for blurred vision in
the left eye for 9 months; it was diagnosed as optic neuritis
and he received steroid treatment for 3 months. Intermit-
tent redness was noted in both eyes in the 4 months prior
to referral. His history revealed recurrent oral ulcers and
genital ulcers for more than 1 year. On initial examination,
best-corrected visual acuity was 20/25 in the right eye and
counting fingers at 5 cm in the left eye. Slit-lamp biomi-
croscopy revealed trace cells in both anterior chambers.
Indirect ophthalmoscopy revealed 2+ vitreous haziness in
both eyes, a slightly hyperemic disc in the right eye, retinal
hemorrhage in both eyes, and a full-thickness macular hole
in the left eye. Cystoid change was noted in the surrounding
retina. Fundus fluorescein angiogram (FAG) showed dye
leakage from the optic disc and capillaries in both eyes,
cystoid macular edema in the right eye, and a central win-
dow defect in the macular center of the left eye (Figure 1).
An erythematous nodule was noted after needling in the
forearm. Behcet’s disease was diagnosed based on the
International Study Group for Behcet’s Disease (ISGBD)
criteria [3]. Other laboratory data were negative, including
routine blood, HIV, Venereal Disease Research Laboratory
(VDRL), antinuclear antibody (ANA), and immunoglobu-
lin tests.
Topical and systemic corticosteroid and oral cyclosporin
A (200 mg/day) treatment was initiated. The inflammation
was controlled with resolution of vitreous inflammation
and retinal infiltrates. Visual acuity had improved to 20/20
in the right eye and 20/800 in the left eye 2 months later. Un-
fortunately, secondary glaucoma and complicated cata-
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ract developed and the inflammation recurred intermit-
tently. The vision was 20/50 in the right eye and 20/800
in the left eye at the sixth year of follow-up. The macular
hole persisted without progression in the left eye. No macu-
lar hole had developed in the right eye at the time of the
last follow-up.
Case 2
A 32-year-old male came with the chief complaint of blurred
vision and redness in his right eye for 1 week. In the past 3
years, he had suffered from intermittent blurred vision and
pain in both eyes. He had a history of recurrent episodes of
genital ulcers, oral ulcers, and acne-like skin lesions. On the
initial examination, best-corrected visual acuity was 20/
200 in the right eye and 20/300 in the left eye. Slit-lamp
biomicroscopy revealed 2+ cells in the right anterior cham-
ber and trace cells in the left eye. Indirect ophthalmosco-
py revealed 4+ vitreous haziness in the right eye and 2+
vitreous haziness, retinal hemorrhage, and sheathing on
the distal segment of the temporo-lower branch of the
retinal arteriole, as well as a full-thickness macular hole
with an edematous edge, in the left eye. FAG showed
leakage from the optic disc and capillaries in both eyes
(especially the right eye), cystoid macular edema in the
Figure 1. Fundus pictures reveal
hyperemic disc, retinal hemorrhage, and
edema in both eyes and a full-thickness
macular hole in the left eye: (A) right eye;
(B) left eye. Fundus fluorescein angio-
grams show leakage from disc and capil-
laries in both eyes, cystoid macular edema
in the right eye, and a central window de-
fect in the macular center of the left eye:
(C) right eye; (D) left eye.
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right eye, and a central window defect in the macular center
of the left eye (Figure 2). Physical examination revealed
erythema nodosum at the wrist and oral ulcer. Behcet’s
disease was diagnosed based on the ISGBD criteria [3].
Other laboratory data were negative, including routine
blood and urine, HIV, VDRL, ANA, rheumatoid factor, and
immunoglobulin tests.
Topical and systemic corticosteroid as well as oral
cyclosporin A (200 mg/day) treatment was initiated. The
inflammation was controlled with resolution of vitreous in-
flammation and retinal infiltrates. Visual acuity improved
to 20/20 in the right eye 1 month later. The vision did not
improve in the left eye due to the macular hole. No macular
hole had developed in the right eye by the fifth year of
follow-up.
DISCUSSION
Ocular involvement occurs in 60–80% of patients with Beh-
cet’s disease and presents as panuveitis in most cases. Al-
though the hallmark of intraocular inflammatory disease
is the presence of cells and flare, it is often the sequel of in-
flammation that appears to be sight threatening. Vision loss
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Figure 2. Fundus pictures reveal retinal
hemorrhage, sheathing on the distal
segment of the temporo-lower branch of
the retinal arteriole, and a full-thickness
macular hole in the left eye: (A) right eye;
(B) left eye. Fundus fluorescein angio-
grams show leakage from the optic disc
and capillaries in both eyes (especially the
right eye), cystoid macular edema in the
right eye, and a central window defect in
the macular center of the left eye: (C) right
eye; (D) left eye.
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in Behcet’s disease usually results from long-standing
inflammation and consequent sequelae in the posterior
segment, macular lesions, retinal and optic nerve atrophy,
vitreous hemorrhage, and neovascular glaucoma [4,5,7,8].
Although most macular aspects of visual morbidity have
been reported, macular hole is rarely discussed.
The development of a partial- or full-thickness macular
hole in uveitis is relatively uncommon. Careful three-mirror
examination of putative holes very often reveals a thinly
covered cystoid lesion rather than a hole. Macular hole is
thought to be related to posterior vitreous detachment
(PVD) [9]. A previous study reported a high prevalence of
PVD in Behcet’s disease and other uveitis cases [10]. While
the exact mechanisms are not clear, an increased number
of inflammatory cells in the vitreous is thought to be the
primary reason for vitreous gel shrinkage in uveitis, and
this shrinkage induces PVD with minimal vitreous lique-
faction. In these cases, vitreous opacity was noted in the
active stage. In our cases, macular hole was noted in the eye
with more condensed vitreous opacity on the first visit.
The surrounding retina appeared to have cystoid changes,
instead of the cuff of subretinal fluid seen in idiopathic
macular hole. According to the history, the eye with the
macular hole was the one involved first. The vision of the
eye with the macular hole did not improve after control of
inflammation by intensive medical treatment, although no
macular hole had developed in the fellow eye at the time of
the last follow-up. We speculate that aggressive treatment
decreased the intensity of vitreous inflammation and
macular edema, preventing the development of a macular
hole in the fellow eye.
Macular hole is a rare complication of panuveitis in
Behcet’s disease and can ultimately lead to severe loss of
vision. From our cases, macular hole might be prevented by
early diagnosis and aggressive treatment.
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